Three weeks ago, stiffness; aching started in the shoulders and extended down to the finger-tips.
The present condition is one of spastic quadriplegia, with exaggeration of the tendon jerks; abdominal responses present; plantars extensor in type. No sensory loss. No sphincter disturbance. No limitation of bead and neck movement, and no rigidity. Some tenderness over 0 3, 4, and 5 spines.
Skiagram reveals a forward displacement of the body of C 2 on C 3. There is some new bone formation bridging over second intervertebral space.
Cases from a Family Affected with Leber's Disease. Case I.-C. F., aged 53 (umbrella coverer). Onset sudden nine months ago. For a few seconds things seen with the right eye "seemed faded." The sight improved but has never been perfect since. There has been gradual failure of vision in both eyes. Newspaper type, he says, looks like Yiddish type. Sees better in a dimly lighted room. Vision best at 6 a.m. and is said to be poor in the afternoon. No previous serious illness apart from typhoid fever when aged 21.
On Examination.-Right vision A, left vision A . Fields of vision show bilateral central scotomata and general constriction. Right optic disc: white all over. Left optic disc: similar appearance, possibly not so intense. X-ray of skull shows a normal sella.
Case II.-M. C., aged 55 (sister of above). Onset when aged 19, suddenly, while working in a restaurant. When the vision grew dim she dropped a glass on the counter and was unable to see the pieces in front of her in order to pick them up. Three years later was able to read fairly large print. The left eye has alwavs been less affected than the right. When she shuts the left eye there seems to be a central blurring of her vision.
On Past History.-Beyond an occasional " septic throat " has been quite well. Alcohol and tobacco in moderation.
Family History.-Nil ad rem. Present Illness.-Five years ago began to notice that his left hand felt cold and was numb. In cold weather it " went purple " in colour. He dropped articles out of his left hand. He has difficulty in finding his pocket and distinguishing things in his pocket. The condition has been persistent and progressive but is always worse in cold weather. For the last twelve months there has been a similar condition, but in a milder degree; it has become manifest in his right hand. He is able to write, but feels awkward when doing so. For the last two years upon falling to sleep and whenever he relaxes his muscles, his whole body gives " a big jump." No visual or sphincter disturbances. No pain.
On Examination.-Mentally normal. Bilateral ptosis with overaction of frontalis. The right naso-labial fold is not so well marked as the left and the right corner of mouth not quite so well retracted as the left. Otherwise the cranial nerves are normal.
The power of both arms is quite good and tone normal. The left hand is slightly purplish in colour and usually colder than the right. Finer movements are awkwardly performed by the left hand. Over the left hand, and fading just above the wrist, perception to cotton wool and pin-prick, beat and cold is slightly impaired. In the right hand the impairment extends only as far as the metacarpo-phalangeal joints. Sense of position is grossly impaired in the left hand, most marked in the distal joints of the fingers and is fairly good at the wrist. Right hand: impairment
